tion of colitis cystica profunda was seen in a 39-year-old male with a complete colonic obstruction due to an intussception with a rectosigmoid inflammatory mass. The patient had apparent antecedent distal ulcerative colitis and management included subtotal colectomy. Removal of the rectosigmoid mass produced a satisfactory clinical result with no colonoscopic or histological evidence of recurrent disease in the subsequent decade. Although rare, this entity should be considered during the evaluation of any inflammatory process involving the distal colon, especially if an inflammatory polypoid colonic mass is present or a mucinous adenocarcinoma is su peered.
unu ual infl ammatory disorder of the colon consisting of benign epithelial lined mucus cysts in the mucosa and submucosa, leading to polypoid colonic inflammatory masses (1 -5) . It differs from a ra rer disorder, colitis cystica superficialis, that is entirely mucosa! and has been associated with pellagra (3 ) . Fewer than l 00 cases have been described in the literature and a number of different types have resul ted in a class ifica tion (5) that includes a loca lized fo rm, almost a lways in the rectum , a egmental fo rm that may invo lve one or mo re bowel segments and a diffuse fo rm with les ions scattered throughout the colon . The polypoid lesion vary substantially in size from millimetres to centimetres and appear as broad-based polyps, nodules or papillary masses. Co li tis cystica profumla may be confused with a well-differentiated adenocarcino ma invading the muscularis mucosa but the distinctive characteristic of this disorder is the ent irely benign cytologica l appearance of the colonocytes (6) . The pathogene~i of the lesion is not clear and most common clinica l features include diarrhea, abdominal cramps and pain as well as passage of blood and mucus in the The patient described in the present report is of special interest because of the apparent preceding features of distal an<l localized ulcerative coliti resulting in the development of a polypoid inflammatory mass, subsequent intussception and complete colonic obtruction. Diagnostic confusion could ari e in this setting with any mucosa! inflammatory process for the clinical ga troenterologist since endoscopic pinch biopsies may not be sufficient to obtain tissue from the deeper submucosal region. In addition, concern has previously been raised regarding the possible difficulties in differentiating this condition from a mucin-secreting carci noma.
CASE PRESENTATION
A 39-year-old male was evaluated in December 1982 because of an eightmonth hi tory of intermittent diarrhea and rectal bleeding associated with a 5 kg weight loss. In August 1983, the patient was reevaluated because of recurrent bloody diarrhea up to six times per day with urgency but no tenesmus. Examination was normal. Laboratory studies revealed a hemoglobin of 131 g/L and an erythrocyte sedimentation rate of 61 mm/h but other hematology and chemistry tests were normal. Colonoscopy and biopsies revealed diffusely abnormal inflamed mucosa in the distal 35 cm; proximal to this, the mucosa was completely normal. The mucosa in this di tal segment was swollen, friable and thickened with apparent inflammatory pseudopolyps. Prednisone 40 mg daily was administered and tapered to 20 mg daily but bloody diarrhea continued with a further fall in the hemoglobin to 112 g/L.
Because of continued bloody diarrhea, the patient was hospitalized in November 1983. A marked hypochromic microcytic anemia (hemoglobin, 74 g/L) was present with iron deficiency (6% saturation) and hypoalbuminemia (31 g/L). Upper gastrointestinal endoscopy and duodenal biopsies were normal but colonoscopic findings, including biopsies, remained unchanged. The patient was transfused, prednisone 20 mg daily was continued along with sulphasalazine 2 g daily, and oral iron replacement (ferrous sulphate, 300 mg tid) was provided. Over the next two months, his symptoms gradually resolved and blood tests became normal. The prednisone was tapered and discontinued; he remained completely well on maintenance sulpha alazine 2 g daily. In March 1984, recurrent diarrhea prompted the patient to request a second opinion from another gastroenterologist. A barium enema was interpreted to show mucosa! ulceration in the distal colon and rectum; the proximal colon was normal. Colonoscopy and biopsies confirmed the previous observations. Symptoms resolved and no changes in treatment were required.
In September 1984, the patient presented to the surgical service of another teaching hospital with a mass that the patient thought was a prolapsing hemorrhoid. His bowel habit had changed dramatically over the preceding week; increased mucus was reported with bleeding from the rectum but little feces. Examination revealed a large rectal (Figure 1 ) was attempted but a complete study was not possible because of colonic obstruction associated with a rectosigmoid intussception. It was suggested that this was due to 'a neoplasm or polypoid mucosa! surface associated with ulcerative colitis'. Contrast would not enter the proximal colon. Laparotomy revealed a large sigmoid tumour intusscepting into the rectum; the proximal colon was completely normal. A limited (Hartman's type) rectosigmoid resection was done with a left-sided colostomy and crea-328 tion of a rectal stump. The proximal portion of the resected specimen was entirely normal, but in the distal portion, the mucosa was thickened and firm with a papillary appearance. No neoplastic changes were present. Changes were initially interpreted as consistent with ulcerative colitis and inflammatory pseudopolyposis. After surgery, the patient received only sulphasalazine 2 g daily. He was reviewed in April 1985 and was completely well. Colonoscopy was done through the stoma along with endoscopic evaluation of the rectal stump. The rectal stump mucosa and colonic mucosa for 4 to 5 cm proximal to the colostomy were swollen and erythematous with minimal friability; there was no pseudopolypoid change and the proximal colonic mucosa from cecum to within 4 to 5 cm of the colostomy stoma was completely normal. Biopsies revealed chronic inflammatory changes with branched glands in the rectal pouch and in the most distal colonic mucosa[ biopsies proximal to the stoma. Biopsies from multiple sites elsewhere in the cecum, ascending colon, transverse colon and descending colon were completely normal. In May 1985, the distal rectum was reconnected to the descending colon and the colostomy was removed. Colonoscopy and multiple colonic mucosa! biopsie were done in September 1985; these were normal except for some minimal anastomotic inflammatory changes. The patient remained completely asymptomatic. Repeated colonoscopic evaluations with multiple colonic mucosa! biopsies done in October 1986, December 1987 and February was discontinued. In February 1992, the patient was last reviewed. He had no symptoms off all of his medications; colonoscopy and multiple colonic biopsies were normal.
In March 1991, the patient's prior surgical colectomy section from September 1984 and May 1985 were reviewed. The papillary tumour-like mass consisted of variable sized mucus-containing cysts primarily in the submucosa; these cysts were mucu -filled and lined with cytologically normal colonic epithelium. A dense inflammatory cell infiltrate was present in the lamina propria consisting of lymphocytes, plasma cells and neutrophils. Crypt abscesses and other nonspecific changes consistent with an inflammatory colonic process were present. However, there was no evidence of neoplastic change. These histopathological feature ( Figure 2-4) are characteristic of colitis cystica profunda (7). Subsequently, all erially sectioned biopsies from normal and abnormal colonic epithelium obtained during sigmoidoscopic or colonoscopic studies were reviewed. There were 66 endoscopic pinch biopsies done. Twenty-six were obtained from the abnormally inflamed colon ic segment in the distal 35 cm of colorectum during endoscopic procedures done prior to the surgical resection. Of these, 16 contained submucosa and 10 contained only mucosa with or without the muscularis mucosae; no biopsy had histological features that would have resulted in a change in the initial pathological diagnosis to colitis cystica profunda.
DISCUSSION
Proctocolitis cystica profunda is a distinctly unusual and uncommon inflammatory process that occurs in the colon and rectum. Although it has been reported to complicate pre-existent and more common inflammatory processes, such as ulcerative colitis, Crohn's colitis or radiation-induced colonic mucosa! injury, the documentation is limited (8) (9) (10) (11) . In addition to the inflammatory changes in the mucosa in colitis cystica profunda, benign epithelial-lined mucus cysts usually develop in the submucosa; these produce polypoid changes or colonic masses. Most frequently, a solitary rectal or rectosigmoid mass develops that may have a papillary appearance, as in the presented patient, suggestive of either a neoplastic process or colonic pseudopolyps. In some patients with distal disease, rectal pro lap e may occur (12) and, very rarely, as recorded in one prior instance ( 13 ) , complete intestinal obstruction may develop necessitating surgical decompression. In the current report, the presentation was dramatic with sigmoidorectal intussception of an apparent colonic papillary mass lesion; the gross appearance raised the possibility of a neoplastic complication of colitis, a common difficulty noted in the clinical and pathological literature ( 6, 13) . In some situations, resective surgery may not be easily avoided, especially if exclu ion of a malignant neoplasm becomes an issue. Difficulties arise because of problems in recognition of submucosal mucus-filled cysts below the muscularis mucosae in uperficial endoscopic pinch biopsies. Regenerative epithelial changes in mucus-filled cysts, especially with an active inflammatory process, may make distinction of 'pseudoinvasion' from a more sinister process, such as a mucinous colonic adenocarcinoma invading the submucosa, exceedingly difficult. The clinical course of the patient described in this report was especially unu ual because of his rather dramatic presentation with an inte tinal obstruction. Urgent surgical treatment, including decompression, was necessitated. Efforts in this setting to exclude a malignant process, including frozen sections done on the rectal mass, would not likely have changed the surgical approach, even if an earlier diagnosis of colitis cystica profunda had been established.
The inflammatory process in proctocolitis cystica profunda has been classified into different forms: localized, diffuse or segmental. Pathologically, the most common is the localized variety (13) , apparently on the anterior rectal wall within 12 cm of the anal verge; interestingly, a single report of di ease localized to the descending co-
Colitis cystica profunda
Ion alone ha also appeared (14) . Several case of so-called segmental disease have been described (4, 5, 14) . This type consists of multiple polypoid masses present in a multicentric distribution in one or more segments with normal intervening colonic mucosa; this form may occur in the setting of ulcerative colitis ( 15) . Finally, cases of the diffuse form have also been reported (8, 9, 16) . Many of these have also been reported in association with apparent ulcerative col itis. In all types, macroscopic lesions are either broad-based polyps, nodules or papillary masses with typical microscopic descriptions consisting of mucus-filled cysts below the muscularis mucosae; often surgical specimens are required for accurate recognition. Most important, colonocytes lining the mucu -filled cysts are benign with no evidence of cytological atypia but, occasionally, there may be confusion with a well-differentiated mucussecreting adenocarcinoma invading the muscularis mucosae, a condition well known to complicate the clinical course of long-standing and extensive ulcerative colitis.
The pathogenesis of this unusual form of colitis sti ll requires elucidation. The lesion may represent an unusual mucosal reparative response with downwards extension of regenerating colonic epithelium following mucosal ulceration and production of ubmucosal cysts (17) . This might occur in the setting of ulcerative colitis or any other inflammatory colonic disorder. Alternatively, submucosal epithelial herniation associated with weakness in the muscularis muco ae due to the inflammatory process has been suggested ( 4 ). In the majority of recorded cases, a pre-existent colonic inflammatory process has been present, such as ulcerative colitis, and, in some in tances, especially if localized to rectum, a close etiological relationship with the solitary rectal ulcer syndrome ha also been hypothesized (12, 15, 18) . The key histopathological feature in colitis cystica profunda is a mucosa! inflammatory process with downwards extension and the detection of mucus-filled cysts in the submucosa. Other causes of colonic submucosal cysts (in addition to colitis cystica profunda) have been previously enumerated ( 12) . These include: infectious colitis, polyps (adenomatous, juvenile, hamartomatous), ureterocolic anastomoses and other surgical procedures, including colostomy. In addition, other extracolonic sites may be involved in the gastrointestinal and biliary tract with a simi lar process, especially in the setting of prior gastrointestinal surgery with anastomoses. Mucosa from other nonintestinal sites can also become localized in the colonic wall, ie, cervix, fallopian tubes and urinary tract (12) . Definition of these other entities, however, does not usually present a practical clinical problem in the differential diagnosis of colitis cystica profunda.
Although rare, the diagnosis of colitis cystica profunda should be considered in the evaluation of any inflam-
